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Frantz’s tumor in a female patient with diarrhea: case report of a rare 
pancreatic neoplasm

Tumor de Frantz em paciente do sexo feminino com diarreia: relato de caso de 
neoplasia pancreática rara 
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RESUMO: O tumor pseudopapilar sólido, também conhecido 
como tumor de Frantz, é um tumor raro do pâncreas. Relatamos 
o caso de uma paciente de 25 anos com dor abdominal, febre, 
diarréia e perda de peso.TC de abdome com contraste revelou 
pâncreas alargado com lesão hipodensa de aparência nodular e 
calcificações periféricas. Foi decidido realizar pancreatectomia 
subtotal com linfadenectomia e optou-se pela esplenectomia 
com biópsia hepática intra-operatória. O anatomopatológico 
da ressecção cirúrgica do tumor pancreático revelou tumor 
pseudopapilar sólido compatível com o tumor de Frantz. A 
imuno-histoquímica confirmou os achados histopatológicos. Ela 
evoluiu com fístula pancreática e pancreatite resolvida após 15 
dias. Atualmente, está sendo acompanhada ambulatorialmente em 
nosso serviço com remissão completa dos sintomas.

Descritores: Neoplasias pancreáticas/terapia; Dor abdominal; 
Diarréia; Perda de peso.

ABSTRACT: Solid pseudopapillary tumor, also known as frantz 
tumor, is a rare tumor of the pancreas. We report a case of 25-year-
old female patient with abdominal pain, fever, diarrhea and 
weight loss. Contrast abdominal CT showed enlarged pancreas 
with a hypodense lesion of nodular appearance and peripheral 
calcifications.It was decided to perform subtotal pancreatectomy 
with lymphadenectomy, and opted for splenectomy and 
intraoperative liver biopsy. The pathology of surgical resection 
of the pancreatic tumor showed solid pseudopapillary tumor 
compatible with Frantz’s tumor. Immunohistochemistry 
confirmed histopathological findings. She evolved with pancreatic 
fistula and pancreatitis resolved after 15 days. Currently, it is being 
followed up in our service with complete remission of symptoms.

Keywords: Pancreatic neoplasms/therapy; Abdominal pain; 
Diarrhea; Weight loss.
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INTRODUCTION

The Frantz’s tumor, also known as solid 
pseudopappillary tumor of the pancreas, was 

first described by Virginia Kneeland Frantz in 19591. It 
comprises approximately 0.2 to 2.7 % of all tumors of 
the pancreas. It is found in the majority of cases in young 
women between 18 and 35 years of age and is considered 
a neoplasia with a small degree of malignancy, since it is 
capable of complete surgical resection, which is possible 
in most cases. The most common manifestation is a slowly 
growing mass with or without pain and metastases are 
uncommon2,3.

Herein we report a case of Frantz’s tumor in a 
25-year-old woman without comorbidities which becomes 
cured after surgical resection of the tumor.

CASE REPORT

A 25-year-old female patient was admitted with 
history of intermittent abdominal pain, fever (T: 38ºC) and 
diarrhea, also weight loss. Laboratory tests showed low 

white blood cell (WBC) count (2,6 x 10³). Red blood cell 
level, platelets, Ana-screen, albumin, total bilirrubin and 
fractions, urine test, insulin, gastrin and chromogranin A 
were normal. Serologies to HIV, Hepatitis B and C were 
performed and both negative. Contrast abdominal CT 
showed enlarged pancreas with a hypodense lesion of nodu-
lar appearance and peripheral calcifications, measuring 3.3 
x 3cm, in the tail, with contrast product uptake (Figure 
1). The tumor markers carcinoembryonic antigen (CEA: 
1,69 mg/ml), and carbohydrate antigen (CA19-9: 14,04 
U/ml)were all within the normal range. It was decided to 
perform subtotal pancreatectomy with lymphadenectomy, 
and opted for splenectomy and intraoperative liver biopsy. 
Figure 2 shows the macroscopic appearance of the tumor. 
The pathology of surgical resection of the pancreatic 
tumor showed solid pseudopapillary tumor compatible 
with Frantz’s tumor, without lymph node and hepatic in-
volvement (Figure 3). Immunohistochemistry confirmed 
histopathological findings (Table 1). The patient evolved 
postoperatively with pancreatic fistula and pancreatitis 
resolved after 15 days. Currently, it is being followed up in 
our service with complete remission of symptoms.

Figure 1. Computedtomography (CT) image of solid pseudopapillary tumor located in the tail of the pancreas

Figure 2. Pancreatic tumor between body and tail of the pancreas

Figure 3. Proliferation of papillae with hyalinized fibrovascular axis 
coated by layers of epithelial cells that exhibit clear to eosinophil 
cytoplasm. Presence of intracytoplasmic PAS + cells. The pseudopapilas 
resemble rosettes in cross-sections. Pseudocystic areas are noted with 
hemorrhage
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Table 1. Immunohistochemical panel compatible with 
pseudopapillary tumor of the pancreas

Antibody Clone Result
β-Catenina β-Catenina Positive
CD-10 56C6 Positive
CD-56 123C3 Positive
Citoceratina AE1/AE3 Positive
CK 7 OV-TL 12/30 Negative
CK 19 RCK108 Negative
CK 20 Ks20.8 Negative
Cromogranina A Policlonal Negative
Ki-67 MIB-1 Positive
Sinaptofisina SY38 Positive
Vimentina V9 Positive

DISCUSSION

Commonly, the Frantz’s tumor has a good prognosis 
as reported in the case. However, despite the low malignant 
potential, metastases are possible and are factors of worse 
prognosis.4Metastasis occurs in approximately 15% of 
cases, usually restricted to the liver or peritoneum. Lymph 
node metastasis is also rare5.

Most tumors are clinically non-specific. The clini-
cal features may be of abdominal pain or discomfort, mild 
abdominal pain or development of abdominal mass6. The 
presence of diarrhea in the patient besides abdominal pain 
raised doubts about the diagnosis, since diarrhea is a symp-
tom present more commonly in tumors of neuroendocrine 
origin. The dosage of insulin, cromogranin A and gastrin 
helped in the diagnosis, as well as the accomplishment of 
the immunohistochemical panel. Unusual symptoms also 
described are vomiting, hematemesis, lack of appetite and 
weight loss7.

Although rare, reported cases in the world has 
increased3,8. In the national literature, it is possible to find 
relevant case series with 4 to 14 patients9,10. The disease 
predominantly affects young women1-3,6. Nevertheless, 
there are reported cases of the disease in children, male 
patients and old-aged11,12.

Differential diagnoses include a variety of pancreatic 
tumours including non-functioning islet tumour, mucinous 
cystic neoplasm, serous cystadenomas, acinar cell cancer, 
lymphoma, pancreatoblastoma and pseudocyst. The only 
way to confirm diagnosis is biopsy or excision as perfomed 

in the case. The endoscopic ultrasound-guided fine needle 
aspiration (EUS-FNA) may enable the preoperative and 
auxiliary diagnosis in the surgical approach to be used. 
However, the rate of false negatives in EUS-FNA is high 
and the procedure is not indicated when there is suspicion 
of localized malignancy in the pancreas body or tail, which 
is amenable to surgery. The common anatomopathological 
findings are: a mixture of papillary and solid or cystic 
patterns; the tumor cells may have an eosinophilic 
cytoplasm; they are uniform in size and are arranged around 
a central fibrovascular stalk1,2,3,5,13.

Traditionally, immunohistochemistry presents neu-
roendocrine markers, particularly chromogranin, which has 
been considered the marker in the differentiation between 
neuroendocrine tumor and Frantz’s tumor. Positive CD10 
is characteristic of pseudopapillary tumors and is less 
useful in the differential diagnosis, since it is positive in 
approximately 10% of invasive ductal adenocarcinomas 
and neuroendocrine tumors. Other markers suggestive of 
pseudopapillary solid tumor of the pancreas are vimentin, 
beta-catenin and progesterone. Alpha-1-antitrypsin and 
alpha-1-antiquimiotrypsin support pancreatic exocrine 
origin, while neurospecific enolase and synaptophysin are 
characteristic of neuroendocrine tumor14,15.

In presented case, abdominal CT was sufficient to 
evaluate the tumor resectability. However, if the abdominal 
CT is doubtful, it is possible to use other imaging methods, 
such as MRI6,9,10. The recommended treatment, due to the 
low degree of tumor malignancy and excellent prognosis, 
it is surgical, with complete resection of the tumor and 
high possibility of cure. Radiotherapy and chemotherapy 
are reserved for cases in which surgery is not feasible6,9,16. 

In these case the patient was young, had excellent general 
health, had no history of previous surgery, had no invasion 
of mesenteric vein, portal vein, or surrounding tissues, and 
had no lymph nodes metastases justifying the choice of 
surgical method.

CONCLUSION

The case discussed is relevant because the patient 
presented with diarrhea as a confounding fact, in detriment 
of other typical clinical-radiological findings that pointed 
to the diagnosis of Frantz’s tumor, which was confirmed by 
the histopathological and immunohistochemical analysis. 
Regarding the prognosis, the presence well-formed capsule 
with absence of metastases and complete resection of the 
mass were important for favorable developments.

Consent: Written informed consent was obtained from the patient for publication of this case report and any accompanying images.
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